Metachromatic leukodystrophy (ML) is a genetically determined, recessively inherited disorder which is characterized by a diffuse demyelination in the brain and peripheral nervous system (nonsudanophilic, metachromatic form of diffuse sclerosis). Since the investigations of Jatzkewitz (1958) and Austin (1958) , ML has been classified with the sphingolipidoses. The cerebroside sulphuric acid esters (sulphatides), generally known as myelin constituents, are stored in the white matter of the central and peripheral nervous system. Sulphatide accumulation also takes place in the kidneys and, to a much lesser extent, in other body organs. This lipid storage is caused by an inherent defect of the enzyme cerebroside sulphatasethat is, arylsulphatase A (Mehl and Jatzkewitz, 1965;  Austin, Armstrong, and Shearer, 1965) .
According to the age of onset and the clinical duration, congenital, infantile, late infantile, juvenile and adult types of ML are differentiated (see Kahlke, 1967; Pilz, 1970 (Muller, Pilz, and Meulen, 1969) were not diagnosed before necropsy. Only Austin, Armstrong, Fouch, Mitchell, Stumpf, Shearer, and Briner (1968) diagnosed an adult case during life by demonstrating the arylsulphatase A deficiency in a hospitalized brother of a man who had died of ML. Recently we reported on two patients in whom the diagnosis of late adult ML could also be established during life (Pilz, Paul, Muller, Volles, Hopf, Prill, and Kronke, 1971) .
By systematic urine analyses of the siblings of both patients a strong sulphatide excretion and an arylsulphatase A deficiency in the urine was found in a 39 year old woman, who until then was clinically unremarkable. The LABORATORY FINDINGS Serum creatinine was 0 7 mg/100 ml., blood sugar (11 a.m.) 105 mg/100 ml., GOT 9 mU/ml., GPT 4-5 mU/ml., alkaline phosphatase 31 mU/ml. Serum electrophoresis showed albumin 5000, alpha, globulin 500, alpha2 globulin 1000, beta globulin 12%, gamma globulin 23%.
There was no marked protein and glucose excretion in the urine. Urinary sediment contained single leucocytes and epithelial cells, and large quantities of urate. After staining of the sediment with trypaflavin (Hollander, 1964) and contrasting with haemalaun, metachromatic substances were recognizable in the epithelial cells (Fig. 1) thin-layer chromatographic determination of the sulphatides in the urine ( Fig. 2; for the method see Pilz et al., 1971 ) revealed an excretion of 0 45 mg in 24 hours (normal amount <0-01 mg). The semiquantitative determination of arylsulphatase A in the urine according to Austin, Armstrong, Shearer, and McAfee (1966) Percy and Brady, 1968) was 0 74 n-mole/mg protein (normal range between 38 and 126: see Pilz, 1972 RADIOGRAPHIC FINDINGS Except for a hypoplasia of the frontal cavity and inconspicuous asymmetry, a skull series was normal. There was decreased lordosis and light scoliosis of the cervical spine, scoliosis of the thoracic and lumbar spine, and there was a lumbosacral transitional vertebra. In the lower lumbar and upper sacral region, osteochondrosis and spondylosis deformans were present. There were no particular heart and lung findings. Other sphingolipidoses also show differences in the onset of the disease and severity of the clinical picture. In analogy with enzymatic studies of variously developing forms of Gaucher's disease (Brady, 1967) and GM2-gangliosidosis (Okada, Veath, and O'Brien, 1970) , the assumption would also seem plausible that the infantile form of ML is caused by a strongly marked enzyme defect, and that late onset of the disease is due to a partial enzyme defect. If it is furthermore taken into account that the activity of cerebroside sulphatase and arylsulphatase A steadily increases in the brains of rabbits after birth, reaching its maximum after the main constitution of myelin (Jatzkewitz, 1958) , one would expect that the sulphatide accumulation in ML would decrease with increasing age of manifestation. In infantile and juvenile cases, it has not been possible so far to establish such a relationship (Jatzkewitz and Mehl, 1969) ; however, several adult cases showed a distinctly diminished amount of accumulation in the brain as compared with the earlier manifested cases (Pilz and Muller, 1969) . Nevertheless, for the patient described here, the amount of sulphatides excreted in the urine in a 24 hour interval is definitely comparable with that of her diseased brother and is even higher than in another adult case of ML (Pilz et al., 1971 : case 1). The high level of urinary sulphatides correlates with a distinct arylsulphatase A deficiency in urine and leucocytes. The extent of these biochemical anomalies speaks against a latent form of ML, and against a heterozygote hereditary tendency as well. We are, therefore, of the opinion that we are dealing with a case of late adult ML, which has been discovered before the onset of the first subjective disorders, and that further symptoms of the disease will develop in the future. Although the paper of Austin dealing with an increased excretion of metachromatic substances (Austin, 1957) and an arylsulphatase A deficiency in the urine (Austin et al., 1966) of patients with ML has made it possible to recognize the disease early, only two preclinical cases of late infantile metachromatic leukodystrophy have been described until now (Greene, Hug, and Schubert, 1967; Gabreels, Lamers, Kok, Loonen, and Lommen, 1971) .
Because of the decreased nerve conduction velocity, the involvement of myelin of peripheral nerves can be detected earlier than in the central nervous system. The peripheral neuropathy without clinical symptoms obviously represents an early sign of ML. Similar observations have also been made by Yudell, Gomez, Lambert, and Dockerty (1967) for several late infantile forms, but in these cases examination did not take place before the onset of flaccid paralysis.
The findings in the present case give no answer to the question whether the enzyme defect had existed since birth or, for still unknown reasons, developed in later years (Jatzkewitz, 1970) . In a fully healthy 5 year old boy from a kin with Fabry's disease, we also found an increased urinary excretion of the stored glycosphingolipids (Pilz and Denden, 1972) . A correlation of this finding with adult ML is, however, not permissible because of the different organ and age manifestations of both diseases.
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